We present a case of a 47-year-old-woman with a complaint of cervical pain with paresthetic appearance on her left arm. She was treated with analgetics. Further radiological evaluation because of the persistent pain revealed an osteolytic destruction of the fourth cervical vertebra. The patient underwent anterior cervical corpectomy with total excision of the tumor. Stabilization of the cervical spine was performed. Histology confirmed the diagnosis of Langerhans cell histiocytosis (LCH) of the cervical spine. This case report presents the histopathological evaluation, diagnostic work-up and the treatment procedures, because of rarity of cervical spinal LCH cases in the literature.
INTRODUCTION
Langerhans cell histiocytosis (LCH) is a clonal proliferation of Langerhans cells occurring as an isolated lesion or as part of a systemic (multifocal) proliferation (13, 14) . The designation of LCH replaced the previous nomenclature of the group of diseases termed histiocytosis X, which included eosinophilic granuloma (EG), Letterer-Siwe Syndrome, and Hand-Schuller-Christian disease (7, 8, 10) . LCH is a rare disease. The lesions of LCH are most often osseous and frequently occur in the skull. Cervical spinal involvement has been reported in only a handful of cases in the literature (4, 5, 8, 10, 11) .
We report a case of 47-year-old-woman diagnosed as LCH of the cervical spine with the presence of histopathological evaluation, diagnostic work-up and the treatment procedures.
CASE REPORT
The patient was a 47-year-old-woman who had intractable cervical pain with paresthetic appearance on her left arm. She was evaluated in a medical center at first where a reduction of left wrist flexion was pointed out. She was first treated by analgesics. Due to the ongoing pain, she was brought to our institute for further evaluation. Phhysical examination revealed minimal cervical kyphosis. However, her neurological examination was unremarkable. She was afebrile and the white blood cell count was normal. Magnetic Resonance Imaging (MRI) and 3-Dimensional computed tomography (3D CT) scan revealed an enhancing mass growing out of the vertebral body and causing destruction of the C5 body without involving intervertebral disc plate ( Figure 1A ). 3D CT scans also showed the destructive lesion in more detail. The patient underwent surgery for tumour decompression, stabilization with a mesh cage (Pyramesh, Medtronic Sofamor Danek, Inc, Memphis, TN, US) and anterior plates (Zephir, Medtronic Sofamor Danek, Inc, Memphis, TN, US) between C4 and C6. The tumor was resected completely. ( Figure 1B ).
Histopathologically, it was characterized by a proliferation of Langerhans cells, which were arranged in sheets. They had abundant eosinophilic cytoplasm and showed indentations on the nuclear membrane. An inflammatory cell infiltrate was 4 months after the surgery, the patient was treated with chemotherapy. After one-year-follow-up, the patient had no other complaints. No evidence of recurrence or any neurological deficit was identified.
DISCUSSION
LCH is a rare lesion occurring as an isolated lesion or as part of a systemic (multifocal) proliferation (13, 14) . It was first described as histiocytosis X in 1953 as a triad. This triad includes the solitary osseous lesion called an "Eosinophilic Granuloma"; eosinophilic granuloma with clinical symptoms of osteolysis, exophthalmus, diabetes insipitus called "Hand-Schuller-Christian Disease", and the malignant form of dissemination called "Letterer-Siwe Disease" (9) . All of these clinical entities feature an abnormal proliferation of histiocytic cell type, that is, Langerhans cells (8, 10 ). The present case was a solitary osseous lesion with no evidence of systemic symptoms.
The etiology of the tumor is still controversial (7, 8, 10, 13, 14) , although clonal proliferation (13, 14) , a reactive process or a viral etiology (7, 10) have been proposed.
LCH most commonly occurs in the first two decades of life; 80% of the patients are younger than 10 years old (7, 8, 10, 12) . The diagnosis of LCH in adults is rare (8, 10, 12) . However in our case, the patient was 47 years old. It tends to arise more likely in males (1, 10) in contrast to our case. The lesions are most often osseous. The most frequently reported anatomic sites are those in the skull (26%), vertebra (7%), ribs (12%), upper and lower jaw (9%), and bones of extremities (11%) (4, 5, 8, 10, 11). Bunch et al. reported that only 14 (6.5%) of 214 cases were located in the spine. Our case is a rare example of LCH in the spine. In the spine, LCH mainly involves the vertebral bodies, with a predilection for the thoracic spine (54%) followed by the lumbar (35%) and cervical spine (11%) (4, 7) . Posterior arch involvement is less common (3, 7, 8) . In the present case, the lesion was located in the anterior of the cervical spine.
The most common clinical symptom of cervical spine LCH is pain and restricted range of motion or torticollis (4) . In comparison with patients with LCH of the thoracic or lumbar spine, neurological symptoms are less frequent in cervical LCH, whereas muscular symptoms, such as restricted range of motion or torticollis, are seen more often in cervical LCH (4) . In the present case, the patient had intractable cervical pain with paresthetic appearance on her left arm and reduced flexion of the left wrist with no neurological symptoms. Single or multiple sharply-circumscribed osteolytic lesions can be seen by the radiological studies (3, 7) . When the vertebral column is involved, usually only a single lesion is noted although rarely more than one vertebra can be involved. The disc space is usually preserved and may even appear widened. The lesion is usually confined to the vertebral body and results in anterior wedging or, more commonly, near collapse with a characteristic "vertebra plana" appearance (7, 10) . In our case, conventional X-ray, CT, MRI scans, and scintigraphic technetium-99 of the whole skeleton were performed and an osteolytic destruction of the fifth cervical vertebra was detected during the workup.
Microscopically, there is a heterogeneous admixture of cells that includes eosinophils, and polymorphonuclear leukocytes, giant cells and mononuclear cells and areas of fibrosis. Many of the mononuclear cells are Langerhans cells, arranged in clusters and diffusely proliferative which is diagnostic (10) .
There is a variety of treatment strategies mentioned in the literature. Intralesional corticosteroid injection (12, 15) or operative treatment with currettage, operative hemicorpectomy or semitotal corpectomy have been described (6, 12) . Postoperative chemotherapy or radiotherapy are also mentioned in the literature (6, 12) . Spontaneous regression of the bone lesion after 6 months has also been reported (2, 11) . In our case we performed corpectomy and mesh cage plus anterior plate fixation via the anterior cervical approach ( Figure 1B) . Postoperatively her complaints decreased eventually. 4 months after the surgery, the patient was treated with chemotherapy (3 cycles of etoposide). After one-year-follow-up, the patient had no other complaints. No evidence of recurrence or neurological deficits has been identified. 
